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Infantile myoﬁbromas (IMs) are benign, congenital, soft tissue tumors that can present at birth or during
infancy in solitary, multicentric or generalized forms. Infantile myoﬁbromatosis is well described in the
head and neck but rarely reported on the hand. The treatment is early surgical removal and histo-
pathological evaluation. Allow rate of regression is reported. Visceral involvement and generalized forms
are more serious conditions, therefore, it is important to perform radiologic examination to determine if
there is distant dissemination of the disease. In this paper, we have presented a case of infantile myo-
ﬁbroma in a 20-day-old female who had a pedunculated skin lesion on the ﬁfth digit of her right hand.
This case was unusual in location of origin.
 2014 The Authors. Published by Elsevier Inc. All rights reserved.Infantile myoﬁbromatosis (IM) is a rare benign tumor disease. It
is often present at birth, and 90% of cases appear within the ﬁrst
two years of life. Wismell et al. reported a higher incidence of
affected newborns and claimed that in 74% of patients, the disorder
is present at the time of birth [1]. The clinical presentation of in-
fantile myoﬁbromatosis is variable.
The most common clinical manifestations are the presence of
small nodules in skin, muscle or subcutaneous tissue in the head,
neck and trunk region [2]. Biopsy is crucial to make the diagnosis of
infantile myoﬁbromatosis. Involvement of the extremities is a rare
manifestation; solitary IM on an upper extremity accounts for only
13.3% of cases [3].
1. Case report
A 20-day-old female was referred to our clinic with a pedun-
culated skin lesion on the ﬁfth digit of the right hand (postaxial).
Skin necrosis was present due to the torsion of the peduncle (Fig. 1).
The newborn’s physical examination was otherwise normal. The
lesion was primarily thought to be complicated polydactyly.
Radiographic evaluation showed no bony involvement or osseousBY-NC-ND license (http://
ma Hastanesi Esentepe Mah,
; fax: þ90 414 3186000.
ikoglu).
Published by Elsevier Inc. All rightstructure in the lesion. The lesion was surgically excised and sent
for pathological evaluation. Histologically, unencapsulated sub-
epithelial ﬁbromyxoid nodular proliferation was composed of a
rich vascular network surrounded by thin spindle cell fascicules.
Immunohistochemical ﬁndings revealed that the lesion was a
myoﬁbroma. Following pathological diagnosis, abdominal ultraso-
nography solitary organ pathology. There was no known history of
myoﬁbromatosis in either parent or extended family. Immunohis-
tochemically, vessel walls and spindle cell fascicules revealed
smooth-muscle actin (SMA) and vimentin expression. S-100 and
desmin were negative. Based on these ﬁndings, the lesion was
diagnosed as myoﬁbroma (Fig. 2 [A; H&E 100, B; H&E 200, SMA
positivity C; SMA IHC 200]). The follow-up period was six months
without any recurrence or new lesions.
2. Discussion
The clinical appearance of IM skin tumors is heterogenous, but
generally presents as ﬁrm, rubbery, ﬂesh-colored to purple tumors
or subcutaneous masses covered by normal appearing skin,
ranging in size from a few millimeters to several centimeters, with
a regular, lobulated or ulcerated surface [4]. The etiology and the
genesis of IM are not clear; however, IM has been reported as an
autosomal dominant condition [5]. IM is a rare condition; never-
theless, it is the most common ﬁbrous tumor in infancy and must
be considered if evaluating children who present with either sol-
itary or multiple tumors, particularly during the neonatal period.s reserved.
Fig. 1. Pre-operative view of postaxial myoﬁbroma.
C. Melikoglu et al. / J Ped Surg Case Reports 2 (2014) 222e224 223This disease may be solitary, multicentric or generalized. All three
clinicopathological types usually present at birth or during infancy.
The presentation after two years of age is exceedingly rare. The
solitary type of infantile myoﬁbromatosis is the commonest form,
is usually benign and is typically found in the dermis, subcutis or
deep soft tissues and bone [6]. On radiographic images, the bone
lesion appears as osteolytic areas with sclerotic rims, which is also
typical for histiocytosis X [7]. One-third of the solitary lesions
involve head and neck structures; the upper extremity is the next
most common anatomic site [1,4,8]. In nearly 90% of cases,
skin, muscle or subcutaneous tissue is affected by IM [2]. The
multicentric type involves two subtypes, either with- or without-
visceral involvement, and it most commonly involves skin subcu-
taneous tissue, muscle and bone. An important manifestation of
multicentric IM is vertebral involvement, which can lead toFig. 2. The histopathologic appearance of myoﬁbroma. A) H&death [9]. Generalized myoﬁbromatosis, associated with visceral
involvement, has the worst prognosis because of lung, gastroin-
testinal tract and central nervous system involvement and has high
mortality rate [10]. Gastrointestinal and cardiopulmonary com-
plications are responsible for 76% mortality [1,3]. Pedunculated
lesions with amultilobulated surface, are less common. The patient
described in this study, displayed ischemic necrosis of the over-
lying skin due to rapid growth of the tumor. The appearance of the
lesion resembled a complicated postaxial polydactyly. The main
clinical differential diagnosis of isolated soft tissue IM includes:
deep hemangioma, neuroﬁbromas, leiomyomas, sarcomas, meta-
static neuroblastoma, subcutaneous fat necrosis, sclerema neo-
natorum, rhabdomyosarcomas and dermoid cysts [6,11]. Proper
histopathologic examination is mandatory for diagnostic conﬁr-
mation. Skin IM tumors show a characteristic biphasic feature
constituted by a peripheral zone of spindle-shaped cells arranged
in interweaving bundles or a whorled disposition and a central
portionwith rounder cells with perivascular disposition, extending
from the dermis to subcutaneous tissue. Positive immunostaining
for muscle actin, vimentin and desmin and negative immuno-
staining for S100 show the myoﬁbroblastic origin of the spindle
cells [4]. In this case, histopathologic examination showed a grossly
subcutaneous nodular mass with a gelatinous cut-surface.
3. Conclusion
Infantile myoﬁbromatosis should be considered in the differ-
ential diagnosis of a newborn with cutaneous swelling. Prognosis
for this disease is good, unless visceral involvement is present. IM
should be considered in any infant with multiple subcutaneous
nodules. The primary treatment of myoﬁbroma is complete surgical
excision of such lesions.
Conﬂict of interest statement
We, the authors, state that there are no ﬁnancial or personal
relationships with other people or organizations that could inap-
propriately inﬂuence our work.E 100, B) H&E 200, SMA positivity. C) SMA IHC 200.
C. Melikoglu et al. / J Ped Surg Case Reports 2 (2014) 222e224224References
[1] Wiswell TE, Davis J, Cunningham BE, Solenberger R, Thomas PJ. Infantile
myoﬁbromatosis: the most common ﬁbrous tumor of infancy. J Pediatr Surg
1988;23:315e8.
[2] Matthews MR, Cockerell CJ. An historic perspective of infantile myoﬁ-
bromatosis. Adv Dermatol 2006;22:279e305.
[3] Chung EB, Enzinger FM. Infantile myoﬁbromatosis. Cancer 1981;48:1807e18.
[4] Gopal M, Chahal G, Al-Rifai Z, Eradi B, Ninan G, Nour S. Infantile myoﬁ-
bromatosis. Pediatr Surg Int 2008;24:287e91.
[5] Ikediobi NI, Iyengar V, Hwang L, Collins WE, Metry DW. Infantile myoﬁ-
bromatosis: support for autosomal dominant inheritance. J Am Acad Dermatol
2003;49(2 Suppl Case Reports):S148e50.
[6] Stanford D, Rogers MD. Dermatological presentations of infantile myoﬁ-
bromatosis: a rewiev of 27 cases. Australas J Dermatol 2000;41:156e61.[7] Wiiliams W, Craver RD, Correa H, Velez M, Gardner RV. Use of 2-chlor-
odeoxyadenosine to treatinfantile myoﬁbromatosis. J Pediatr Hematol Oncol
2002;24:59e63.
[8] Netscher DT, Eladoumikdachi F, Popek EJ. Infantile myoﬁbromatosis: case
report of a solitary hand lesion with emphasis on differential diagnosis and
management. Ann Plast Surg 2001;46:62e7.
[9] Brill PW, Yandow DR, Langer LO, Breed LA, Laxova R, Gilbert EF. Congenital
generalized ﬁbromatosis: a case report and literature review. Pediatr Radiol
1982;12:269e78.
[10] Menéndez-Arzac R, Valdez-Méndez D, Landa R, Guzmán S, Cárdenas E,
Cano AM. Solitary infantile gastrointestinal myoﬁbroma: case report. J Pediatr
Surg 2005;40:1361e3.
[11] Schrodt BJ, Callen JP. A case of congenital multiple myoﬁbromatosis devel-
oping in an infant. Pediatrics 1999;104(1 Pt 1):113e5.
